IgD myeloma is rare.lA4 It generally follows a shorter course than other forms of myeloma, with more frequent extra-osseous spread, renal insufficiency, Bence-Jones proteinuria and atypical presentations and complications.1-3 The paraprotein band is also often either not visible or faint and diffuse. 45 This, in conjunction with the usual large excess of Bence-Jones protein in the urine, can lead to a misdiagnosis of a Bence-Jones proteinuria myeloma. 6 We report, as far as we are aware, the first documented case of IgD multiple myeloma in a Hong Kong Chinese patient. Although initially there were no distinctive features to suggest a rarer myeloma, she later developed thoracic spinal cord compression due to a soft tissue plasmacytoma. This particular complication is rare with IgD myelomas: our case seems to be only the second one described in the English language.7
Case report A 55 year old Chinese woman presented with spontaneous low back pain. She had also had an episode of back pain one month earlier after a fall. Physical examination showed that she was pale, with muscle spasm over the lower back and local tenderness over the L5 4 g/l in the mid fIly region (figure).
Urine contained 0 9 g/l of protein and a faint albumin and a large paraprotein band on electrophoresis. Bence-Jones proteinuria myeloma was suspected and the patient was started on a course of chemotherapy with melphalan, prednisone, and allopurinol. However, routine serum immunofixation with IgG, IgA, IgM, and bound and free K and A light chain antisera (Beckman Paragon immunofixation kit) revealed two small monoclonal bands, both reacting with the bound and free A light chain antiserum only, one in the same position as the band on serum protein electrophoresis and one faster (figure). Two months later, while she was receiving the second course of chemotherapy, the patient was re-admitted because of acute spinal cord compression. Magnetic resonance imaging confirmed an epidural mass at the level of T4/5 and intact bone structure. Spinal cord decompression by hemilaminectomy at T4/5 was done, together with debulking of the tumour. On histological examination the tumour was identical with that in the bone marrow, and on immunohistochemical and immunofluorescence staining the plasma cells contained excess IgD and A chains. Repeat serum protein electrophoresis showed no band in the mid-f/y region, but an extremely faint faster band. Routine immunofixation showed that only this band was detected with the bound and free light chain antiserum and identified with fA antiserum as A Bence-Jones protein. However, immunofixation with IgD antiserum showed an additional, albeit very faint, band in the mid Ply region. Total IgD and f2-microglobulin were 580 IgD units/ml (normal <20) and 19 pug/ml (normal <2), respectively. The results of urine protein studies were as before.
The postoperative recovery was complicated by Pseudomonas aeruginosa urinary tract infection. Sensation and power improved initially, but the tumour did not respond to treatment. The patient became increasingly pancytopenic. Renal function tests remained normal until two weeks before death when she 2 started to become increasingly uraemic, acidotic, and hypocalcaemic. The total serum IgD and f2-microglobulin concentrations one week before death were 458 IgD units/ml and 0 5 pul/ml, respectively. The serum protein electrophoresis was similar to that described in the second sample above, but immunosuppression was more noticeable. The urine (total protein 0-9 g/l) protein studies remained as before. Immunofixation was not carried out. The patient died from renal failure and septicaemic shock seven months after admission.
Discussion IgD myeloma is rare, and even the suggested incidence of 1% to 3% of all cases of myeloma' 2 may be an overestimate.2 It differs from the more common types in a number of features. It tends to occur in younger patients with a preponderance in men.13 Extra-osseous spread and soft tissue tumours are common.'-38 More than 50% of patients have lymphadenopathy, splenomegaly, and hepatomegaly.' 3 Renal impairment and Bence-Jones proteinuria occur in at least 90% of patients,' 2 with one series showing 55% of patients being initially investigated for the cause of renal failure.8 Plasma cell leukaemia occurs in up to 14%l 3and amyloidosis in up to 44%.1 Survival seems to be shorter than with other types of myeloma, with 60% of patients dying within 12 months of diagnoSiS. [1] [2] [3] [4] At presentation our patient had no clinical, radiological, and histological features to suggest a rare type of myeloma, such as no obvious extra-osseous spread, organ enlargement, or renal failure. Later on, however, despite chemotherapy, she developed thoracic spine cord compression through extra-osseous tumour spread. Although a number of unusual sites for IgD myeloma extra-osseous spread have been reported, such as lung, muscle, and pancreas,' 26-8 an epidural soft tissue tumour is rare. To our knowledge this is only the second such case reported in the English language.7 Spinal cord compression due to extra-osseous spread, with and without local spinal bone pathology, occurs in about 5% of all cases of myeloma.7 Another feature in our patient was that the fl2-microglobulin concentrations, renal function, calcium values, follow up paraprotein studies and IgD quantitations did not correlate with tumour spread and prognosis. Although these are useful prognostic factors for other myelomas39 they may not be applicable in patients with IgD myeloma. Similar observations have also been noted by others.' 3 4 Most IgD myelomas secrete excess A light chains.'1' 8 The quantity of paraprotein is generally much lower than with the commoner myelomas and is often not detectable on routine serum protein electrophoresis. 1 4 8-10 As immunosuppression, Bence-Jones proteinuria and often Bence-Jones proteinaemia are usually present,'-3 a misdiagnosis of the commoner Bence-Jones proteinuria myeloma, especially if the IgD band is not visible and a rare myeloma variant is not suspected, can easily be made.26 In one case with no obvious serum paraprotein IgD paraproteinaemia was detected by immunoelectrophoresis seven months after myeloma had been diagnosed and treatment started.10 IgD paraprotein concentrations of up to 31 g/l have, however, also been seen. 5 In our laboratory the investigation of paraproteins is based on recommended procedures. 9 Immunofixation of serum is carried out routinely with IgG, IgA, IgM and bound and free K and A chain antisera. If an immunofixation pattern is obtained only with the bound and free light chain antiserum, serum is further immunofixed with free-only light chain antisera and, if the band still cannot be identified, with IgD and IgE antisera. For urine, the immunofixation policy is to look only for the heavy chain already identified in blood and for Bence-Jones proteinuria. Although in our patient the initial serum and urine protein studies suggested Bence-Jones proteinuria myeloma because of the faint band in serum, immunosuppression, and a prominent band in urine, the protocol for paraprotein studies led us to the correct diagnosis and to subsequent relevant histochemical staining of the soft tissue tumour and IgD immunoglobulin quantitation. However, on repeating the protein studies on fresh samples six weeks later, to obtain a more representative immunofixation pattern for a photographic record, the paraprotein band in serum was barely visible and there was nothing on the serum protein electrophoresis and immunofixation patterns to suggest that immunofixation with IgD antiserum should follow. It is doubtful whether we would have carried it out were this to have been the first serum sample received. This raises the question whether, as suggested by some,6 one should routinely immunofix with IgD and IgE antisera sera from all patients with a suspected Bence-Jones proteinuria myeloma, irrespective of whether a suspicious band is detected on serum protein electrophoresis or after immunofixation with light chains.
